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Masson’s vegetant intravascular
hemangioendothelioma in an external jugular vein
aneurysm with recurrent thrombosis
Majdi El Husseiny, MD,a Nicole Benhaiem, MD,b Michel Vayssairat, MD,c and Eric Allaire, MD, PhDa,d
Créteil and Paris, France
A 50-year-old male patient was admitted for a symptomatic aneurysm of the external jugular vein. Thrombosis of the
aneurysm was treated by oral anticoagulant but recurrence of neck swelling and thrombosis occurred 1 year after oral
anticoagulant was discontinued. No other vascular anomalies were detected, and blood tests were normal. Surgical
resection was done “en bloc” with the muscular fibers in contact. Pathologic examination was compatible with a Masson’s
vegetant intravascular hemangioendothelioma. To our knowledge, this is the first case of symptomatic Masson’s vegetant
intravascular hemangioendothelioma diagnosed in a patient with thrombosed aneurysm of a cervical vein. (J Vasc Surg
2011;53:1723-5.)
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aVenous aneurysms are segments in which veins have
lost parallelism of their wall. They can be saccular or fusi-
form.1 Unlike varicosities, they are not gender-related and
can be localized to any vein. Relationships between venous
aneurysms and thrombosis are poorly documented.2
We report on a case of aneurysm of the external jugular
vein with recurrent swelling and thrombosis associated with
a Masson’s intravascular hemangioendothelioma.
CASE PRESENTATION
A 50-year-old male patient was referred to our de-
partment for a symptomatic aneurysm of the external
jugular vein (EJVA). A soft, intermittent, non-tender
swelling at the left supraclavicular region, exaggerated
upon Valsalva maneuver (Fig 1), was present since child-
hood. The patient had been asymptomatic until 2 years
earlier when he was admitted in another hospital for
left-sided neck tenderness during head rotation or cervi-
cal palpation. There was no history of cervical trauma or
infection. The patient was an ex-smoker for 12 years.
The rest of the clinical examination was unremarkable.
Doppler ultrasound showed a patent, 30 mm  20 mm
EJVA with partial thrombosis. The patient was treated by
heparin, followed by oral antivitamin K. After 3 months,
control ultrasound showed complete resolution of the
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ning in the aneurysm, and oral anticoagulant was dis-
ontinued.
One year later, a floating clot attached by a neck to the
neurysm was disclosed as the patient experienced recur-
ence of neck pain. A computed tomographic angiography
CTA) was performed with standard protocol using auto-
atic detection of bolus contrast medium in the pulmonary
rtery, with a volume coverage extending from neck to
iaphragm. The CTA showed important aneurysm wall
hickening (Fig 2), contrasting with the previous documen-
ation of a thin aneurysmal wall on the previous ultrasound
ontrol after resolution of thrombosis, and ruled out a
ulmonary embolism. Blood tests for thrombophilia were
ormal. Oral anticoagulant was started again, and the pa-
ient was referred to our institution for surgery. Because of
hrombosis recurrence after anticoagulation interruption,
nd because of the risk of embolism, a surgical removal of
he EJVA was performed under general anesthesia. Impor-
ant adherences of the EJVA to the platysma muscle were
bserved with edema and a significant perivenous inflam-
ation. Resection was done “en bloc” with the muscular
bers in contact after ligation of the extremities of the
JVA.
Pathologic examination showed a luminal thrombus
dherent to the vein wall, which was abnormally thin at site
f dilatation. The surrounding muscle fibers were infil-
rated by inflammatory cells. The elastin fibers of the vein
all were disrupted (Fig 3). Chronic thrombus reorganiza-
ion with hypertrophic fibroblasts and hemosiderin-stained
acrophages were observed. Hyperplasic endothelial cells
ormed a capillary, arteriolar, and venular neovasculariza-
ion, compatible with a Masson’s vegetant intravascular
emangioendothelioma.
Post-surgical recovery was unremarkable. Doppler ul-
rasound of the neck after 1 month was normal, and oral
nticoagulant was stopped. Two years later, the clinical
xamination was unremarkable.
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Aneurysms in cervical veins are rare,3 and have been
reported in internal, external, and anterior jugular veins.4
Differential diagnoses include branchial cysts, laryngoceles,
hemangiomas, and lymphangiomas, or cancers such as car-
cinoma in a lateral neck cyst or metastatic squamous cell
carcinoma.5 The diagnosis of aneurysm is made by color
duplex ultrasonography.6
Cervical vein aneurysms are believed to be mostly con-
genital,7 a figure compatible with the medical history of our
patient. Our patient experienced documented iterative
thrombosis, and the pathologic examination showed endo-
luminal fibrotic reorganization with abundant microves-
sels, which may represent the classical evolution of a venous
thrombus. However, thrombosis and thrombophlebitis are
rare complications of cervical aneurysms.8 The recurrence
of thrombosis and the histologic aspect are compatible with
a Masson’s vegetant intravascular hemangioendothelioma,
also named Masson tumor, or papillary endothelial hyper-
Fig 1. Left neck lump corresponding to the external jugular vein
aneurysm in Tredelenbourg position.
Fig 2. Transverse slice of the neck angioscanner showing the left
EJVA partially thrombosed with a thickened wall (arrow).plasia, first described by Pierre Masson in 1923 in an onflamed hemorrhoidal plexus.9 Masson’s tumors may be
bserved, although less frequently, in arteries. It has been
eported in a large neck vein for the first time by Pye, who
enominated it as a Masson’s vegetant intravascular
aemangioendothelioma.10 Masson’s tumors can be asso-
iated with a pyogenic granuloma,10 which was not the case
n our patient based on his medical history. Masson hem-
ngioma may also be found on the lumen of large veins,11
ncluding in patients with Klippel-Trenaunay syndrome,12
hich is characterized by cutaneous hemangiomas. The
elationship between Masson’s tumor and thrombosis is
herefore complex, and it remains unclear whether it is
aused by thrombosis, or whether it triggers thrombosis.
ntravascular endothelial hyperplasia may be a peculiar
orm of thrombus organization driven by a particular en-
othelial growth. This was the suggestion of Albrecht et al,
ho observed by immunohistochemistry a similar progres-
ion of endothelial cell phenotype in five cases of endothe-
ial hyperplasia and in conventional thrombus organiza-
ion.13 Whereas it is well documented that venous thrombi
ig 3. A, Hematin-Eosin-Safran x25: Presence of fibroadipose
issue and dilated venous wall in which exist a reorganized throm-
us. B, Hematin-Eosin-Safran x400: Turgescent endothelial cells
orm the neovessels (arrow) and hyperplasic fibroblasts with in-
ammatory cells.rganize into fibrous tissue with repermeabilizing channels
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and Albrecht’s observations suggest that a less frequent
form of endothelial organization in venous thrombi can
lead to recurrent thrombosis.
In our patient, the hemangioma was associated with a
destruction of the vein wall causing aneurysmal degenera-
tion. Schatz et al1 and Matsuura et al14 have described a
reduction in smooth muscle cells in the media layer and an
increase in fibrous connective tissue in aneurysmal veins, as
observed in arterial aneurysms. In our observation, a thin-
ning of the vein wall was documented, with a nearly com-
plete deletion of the elastin network. As for thrombosis, the
link between the Masson’s tumor and aneurysmal degen-
eration is difficult to establish. Inflammation may have
caused destruction of the vein wall, but the aneurysm
pre-existed the onset of clinically obvious thrombophlebi-
tis.
Surgical resection of the aneurysm in our patient was
motivated by the risk of pulmonary embolism,15 but also
for pathologic identification of this lesion associated with
atypical recurrent thrombosis. Masson’s tumor is invariably
benign, and local excision is curative,10 as confirmed by 2
years of follow-up in our patient.
To our knowledge, this is the first case of symptomatic
Masson’s vegetant intravascular hemangioendothelioma
diagnosed in a patient with a thrombosed aneurysm of a
cervical vein. This case provides an example of congenital
and long time asymptomatic venous abnormality that
turned into a site of recurrent thrombosis with ultimately
endothelial hyperplasia and chronic wall fibrosis. Accord-
ingly, patients with cervical venous aneurysm should be
informed that such a benign abnormality may require re-
section in case of thrombosis. Surgical resection prevents
pulmonary embolism and allows for pathologic diagnosis. SEFERENCES
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